Ganglioneuroblastoma in the spinal region is rare, the treatment of choice being surgical excision. We present a 21 year old male who was diagnosed to have this condition in the dorsolumbar spinal region. The tumour was extending intraspinally and was unresectable. Combination chemotherapy with Adriamycin® (doxorubicin hydrochloride), vincristine, cyclophosphamide, etoposide, ifosfamide and cisplatin resulted in histologically proven complete remission. No radiotherapy or curative resection was done. The patient is alive without evidence of disease 24 months later. Never before has chemotherapy been successfully used as the sole modality of treatment in this condition. Our report raises important questions about the management of this rare condition, particularly in a situation of unresectability.
Assessment after two courses of chemotherapy revealed complete disappearance of pain and return of good power. The patient was able to walk without help. A repeat CT scan at this stage revealed a partial response (more than 50% reduction) in the tumour mass. In view ofthe fact that the patient tolerated chemotherapy very well and there was a good response, chemotherapy was con- and 1,810 cGy radiation therapy was alive for 5 years post-treatment. Another one year old patient treated with cyclophosphamide and 2,500 cGy radiation therapy achieved complete remission and had no evidence of disease for 16 years. Since both these patients were given both radiotherapy and chemotherapy, it is difficult to pinpoint the source of benefit. Kilton reported two patients, one patient with stage IV disease received cyclophosphamide 15 mg/kg and vincristine 0.025 mg/kg without any response and the other patient with paraspinal ganglioneuroblastoma received three courses of similar chemotherapy following a laminectomy, without any change in the size of the tumour. 4 To the best of our knowledge ours is the first ever case of ganglioneuroblastoma in which complete remission has been achieved with chemotherapy alone. Spontaneous regression of neuroblastoma is well documented and there is evidence in the literature that many of the so-called cures in neuroblastoma are in fact spontaneous regression. In our patient no mature ganglioneuroma was found on excision and response occurred only after chemotherapy, too close a coincidence for spontaneous regression.
Literature regarding the role of chemotherapy in ganglioneuroblastoma is limited and results are conflicting. The excellent response obtained in the present case warrants a closer look at chemotherapy as the first line of treatment. We used a fairly aggressive and broad-spectrum protocol and it is not clear which drug was the most active. The change in drugs after the first three courses of a different protocol were preplanned to reduce the toxicity and to maximize the response. In view of the fact that the tumour is so rare we may not have an answer to these questions for a long time to come. Our experience is particularly relevant to a situation where the tumour is unresectable or surgery is hazardous.
Introduction
Digital clubbing is a recognized feature of many respiratory, cardiac and gastrointestinal diseases. We describe a case of clubbing in a man with the anti-phospholipid antibody syndrome, with no other recognized cause for his clubbing, and suggest that this may be a feature of this condition.
Case report
A 48 year old retired safe-maker was referred for investigation of abnormal liver function tests. In
